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Fig 2. Chronic recurrent multifocal osteomyelitis. Whole-body magnetic resonance imaging
detecting inflammatory bone lesions, osteolyses, and scleroses most prominent in the left
shoulder, the right foot, and both elbows and ankles.
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Letters e219exist for pamidronate.4 Alternative treatments include
corticosteroids, methotrexate, sulfasalazine, azathio-
prine, and colchicine.3-5 Spontaneous remission is
possible; however, CRMO is a disorder that resolves
after many years with episodes of remission and
relapse, most often without permanent sequelae.
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Are arteriovenous malformations a causative
factor for hypertrophic and nodular port-wine
stains?
To the Editor: Arteriovenous malformation (AVM), a
vascular hamartomatous malformation, is rarely
found on biopsy of hypertrophic and nodular
port-wine stains (PWS).1,2 Digital subtraction
angiography (DSA) is the gold standard method for
Open access under CC BY-NC-ND license.
Fig 1. A 22-year-old man arrived at our clinic with mature
port-wine stain. Physical examination showed numerous,
well-defined, 0.5- to 2-cm red small nodules and a 4-cm
medium texture nodule on the lesion. There was no
increased skin temperature, no tenderness, little pulsatory
feeling, and a negative Valsalva test.
Fig 2. A, Digital subtraction angiography shows a
tortuous feeding artery of the mass (white arrow). B, After
11 frames (FPS ¼ 6), a draining vein (black arrow) was
visualized early (\2 seconds).
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e220 Lettersdiagnosis of AVM.3 Lesions that show an early
visualized draining vein during DSA is one of the
main characteristics. We herein provide DSA
evidence of limited AVM in mature PWS.
A 22-year-old man visited our plastic and
reconstructive surgery unit for treatment of his PWS
birthmark (Fig 1). A PWS hyperplasia nodule in his
temporal region had enlarged over the past 5 years.
He had received no other treatment, except
cryotherapy in his cervical region at age 1, and he
had no previous trauma to the lesion or family
history of vascular malformations.
Magnetic resonance imaging and enhanced
computed tomography showed abundant blood
flow supplying the lesion and a well-defined soft
tissue mass in the temporal region. DSA showed a
tortuous feeding artery and an early visualized
draining vein in arterial phase (Fig 2), suggesting
the existence of AVM in the mass. A mass biopsy
specimen was composed of large numbers of
capillaries, and possible arterioles or postcapillary
venules.
Another patient, a 34-year-old man with a PWS
birthmark on his left mid-facial region, was
examined on our unit. A PWS hyperplasia noduleon his upper eyelid had enlarged slowly over the
past 10 years. He had no previous treatment. His case
history and the manifestation profile of his PWS
lesion were similar to that of the previous patient.
DSA showed that the feeding artery of the
hyperplasia lesion was the ophthalmic artery, and
the draining vein was visualized early, in 1.9
seconds. Draining veins of normal organs are
usually seen about 3 seconds after the arterial phase.
AVM is a progressive vascular malformation, and
the expansion of an AVM lesion progresses inevitably
according to its natural course. DSA in these 2
cases proved the existence of limited abnormal
arteriovenous communications. Micro-AVM may be
the cause of the enlargement in these two
hypertrophic PWS nodules. Moreover, we suspect
the existence of unknown micro-AVM or AVM in
some cases of hypertrophic and nodular PWS.
The diagnoses in these two cases are not analo-
gous to ‘‘capillary malformationarteriovenous
malformation’’ (CM-AVM). Differentiating character-
istics of CM-AVM include4: (1) Autosomal dominance
(RASA1mutation); (2) manifestation as Sturge-Weber
syndrome, Klippel-Trenaunay syndrome, or Parkes
Weber syndrome; (3) pale pink CM lesions
accompanied by high skin temperature; (4) diffuse
AVM lesions under CM lesions.
Fig 1. Benign lymphangioendothelioma. Vascular spaces
within the deep dermis demonstrate a slit-like appearance.
(Hematoxylin-eosin stain; original magnification: 3200.)
Fig 2. Benign lymphangioendothelioma. Light brown
papules coalescing into a 5- 3 6-cm plaque on the
patient’s medial left thigh.
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Sirolimus-associated regression of benign
lymphangioendothelioma
To the Editor: Benign lymphangioendothelioma (BL,
acquired progressive lymphangioma) is a rare,
slowly growing lymphatic neoplasm with wide
age distribution appearing most commonly in
middle-aged and older adults. BL typically presents
as an asymptomatic, well-circumscribed plaque with
red to bruise-like coloration on which small papules
may arise. BL most often occurs on the thigh
(33%), but has also appeared on the head and
neck (20.5%), upper limb (20.5%), trunk (18%),
and shoulder (8%).1
Histologically, BL demonstrates anastomosing,
cleft-like, thin-walled vascular channels dissecting
through collagen bundles.1,2 The vascular spaces
may isolate preexisting vascular or adnexal
structures resembling the promontory sign seen in
patch stage Kaposi sarcoma. The vessels are lined bya monolayer of endothelial cells with no cytologic
atypia or increased mitoses. Papillary projections
resembling endothelial hyperplasia are sometimes
noted. D2-40epositive immunofluorescence indi-
cates the lymphatic cell origin of BL.2 Recent findings
have shown that vascular endothelial growth factor
(VEGF), a well-known angiogenic growth factor,
promotes lymphogenesis by upregulating mamma-
lian target of rapamycin (mTOR)/p70S6K signaling
and therefore may play a role in the development of
BL.3 BL treatment has typically been limited to
surgical excision for small lesions, although disease
recurrence is common.1
A 48-year-old man who had undergone allograft
kidney transplantation at age 38 presented for
evaluation of a large, slowly growing plaque on his
left thigh which was present since childhood. Since
transplantation, he had been on an immuno-
suppression regimen of tacrolimus, mycophenolate
mofetil, and prednisone. During this period, the
plaque enlarged substantially, prompting his initial
visit to a dermatologist. On examination, dusky
brown to bluish-red dermal papules coalesced into
a 10-3 10-cm plaque overlying his medial left thigh.
